Beals and Hecht described the syndrome 'congenital contractural arachnodactyly' (CCA) as a dominantly inherited disorder of connective tissue characterised by multiple contractures, arachnodactyly, dolichostenomelia, scoliosis, and external ear anomalies.' With increasing numbers of cases reported, the occasional association of cardiac anomalies with CCA has been repeatedly documented.27 Additional case reports have also emphasised the difficulty of distinguishing CCA from infantile Marfan's syndrome,"' which also carries a low but significantly increased frequency of cardiac anomalies other than those associated with progressive valvular and aortic disease.'2 13 We report a well documented case of CCA in whom multiple congenital cardiac malformations were recognised in the newborn period, but progres He next presented at 5 months of age with grey spells associated with stridor, cyanosis, bradycardia and apnoea, and subsequently required intubation and support with assisted ventilation. He had an active precordium and loud pulmonary flow murmur. Even though paralysed and ventilated, the grey spells continued, with bradycardia (<60/min) and falling oxygen saturation (<80%). The chest radiograph demonstrated left lingular and right lower lobe collapse, and an echocardiogram showed an appreciably dilated aortic root with the aortic root dimension now 1-7 cm (normal (2 SD)= 1-21 cm (0-14))14 and similar appreciably dilated pulmonary arteries, both proximal and distal to the pulmonary artery band (fig 2) . Flexible fibreoptic bronchoscopy demonstrated partial collapse of the distal half of the trachea to the carina, either due to or compounded by extrinsic compression from the grossly dilated great arteries. He gradually responded to medical treatment and support and was discharged from hospital at 6 months of age.
Over the next five months, he thrived poorly but no hospital admissions were required. He was normotensive and his family doctor noted no visual abnormalities. At Where cardiac disease is diagnosed early in life, cases tend to be more severe and there is a severely limited life expectancy, with most children dying in infancy. '6 Echocardiography has increased the detection rate of mitral valve prolapse and progressive aortic root dilatation and there is convincing evidence that the mortality is roughly proportional to the degree of dilatation. '7 18 Our report documents the case of an infant with CCA where the cardiac manifestations comprised a combination of the pathological lesions characteristic of both Marfan's syndrome and CCA. The initial presentation was with structural anomalies more commonly described for CCA, consisting of atrial septal defect, ventricular septal defect, persistent ductus arteriosus, and coarctation of the aorta. However, the patient subsequently developed marked dilatation of the great arteries similar to the cardiac manifestations of Marfan's syndrome, and tracheal compression by the dilated great vessels contributed to airway compromise.
Previous reports indicating the importance of distinguishing CCA and infantile Marfan's syndrome, because of a better prognosis in the former, should be interpreted cautiously. 
